We describe a woman with right hemifacial atrophy, a high palate, partial left motor seizures, and mild atrophy of the left arm. CT scan showed asymmetrical lateral ventricles and MRI (magnetic resonance imaging) showed atrophy of the right cerebral hemisphere and agenesis ofthe head of the right caudate nucleus. To our knowledge, this is the first report of ParryRomberg syndrome associated with structural abnormalities ofthe basal nuclei documented by MRI. We suggest that a neurovascular aetiology can explain the spectrum of segmental defects associated with hemifacial atrophy.
Parry-Romberg syndrome or hemifacial atrophy is an uncommon and poorly understood condition manifested by progressive hemifacial atrophy of skin, soft tissue, and bone within one or more trigeminal nerve dermatomes. The symptoms usually begin in the first or second decades' sometimes associated with contralateral partial motor seizures," trigeminal neuralgia,4 mastigatory spasms,'-' hemiplegic migraine,'0 and cerebral or cerebellar malformations.23 1' 2 Other abnormalities associated with hemifacial atrophy are atrophy ofthe trunk 13 16 6 14 17-19 and extremities, -scleroderma, systemic lupus erythematosus,'8 ocular defects,420 and Poland syndrome.2'
We describe a patient with Parry-Romberg disease associated with agenesis of the head of the right caudate nucleus.
Case report A 31 year old woman was referred to the Department ofNeurology, when she developed partial motor seizures of the left arm. She had right facial atrophy and hyperpigmentation over the second and third divisions of the trigeminal nerve (fig 1) , a high palate, mild atrophy of the right side of the tongue, and mild atrophy of the left arm. Her pectoral muscles and her fingers were normal. Since her teens she had been aware of progressive atrophy of the right side of her face. She reported two episodes of spasms of the muscles of the right and left jaw, lasting for a few seconds and precipitated by the movement of the jaw while eating, when she was 29 years old.
Her neurological examination showed brisk reflexes in the left arm. Ocular movements, pupillary reactions, and the ocular fundus were normal. Sensation was normal in all divisions of both fifth cranial nerves, trunk, arms, and legs.
The electroencephalogram showed generalised low voltage with delta waves in the right temporal region. The CT scan showed asymmetrical lateral ventricles and enlargement of the right-central sulcus, suggesting partial atrophy of the right hemisphere. MRI showed atrophy of the right cerebral hemisphere, agenesis of the head of the right caudate nucleus, and partial absence of the right putamen (fig 2A and B) . Antinuclear antibodies were absent.
The family history was unremarkable. The mother and the father were 24 and 29 years old respectively at the time of the patient's birth and were not consanguineous. The patient's birth and previous medical history were uneventful.
Discussion
This patient has several abnormalities usually described in Parry-Romberg syndrome: hemifacial atrophy, contralateral partial motor seizures, contralateral atrophy of the arm, and mastigatory spasms. The agenesis of the head of the right caudate nucleus has not previously been reported and enlarges the spectrum of structural defects described in this disorder.
There are several published reports that support the hypothesis of a neurovascular aetiology in hemifacial atrophy. Viewing the neurological abnormalities frequently found in patients with facial hemiatrophy (seizures and mastigatory spasms) we recommend routine CT scan and MRI examination of those patients, to detect any anatomical defects of the cerebral hemispheres and basal ganglia.
